SUMMARY -The authors present the autopsy findings of two related patients and the biopsy findings of a thrid member of the family. The oldest member was 34 years old at death and on postmortem examination he had haemangioblastomas in the retina, cerebellum, medulla and spinal cord. Other findings were renal cell carcinoma, KEY WORDS: von Hippel-Lindau's disease, angiomatosis, phakomatosis.
CASE REPORTS
Patient 1-a 34-year old male patient presented with dizziness, nausea, motor incoordination and ataxic gait. Physical examination showed absence of ocular reflexes and angioma of the retina in the left eye. The patient had undergone a posterior fossa craniotomy 15 years ago in another hospital and no report of the biopsied material was available. A recent CT-scan showed a solid-cystic lesion of the cerebellar vermis, hydrocephalus, cystic lesions of the pancreas and right kidney and a tumour of the left kidney. He received a ventricularperitoneal CSF shunt but showed mental depression and died two weeks after admission of lung infection. Post mortem examination showed fibrous scarring tissue affecting the right cerebellar hemisphere compatible with the previous craniotomy and capillary haemangioblastomas affecting left cerebellar hemisphere (Fig 1 A) , medulla and cervical spinal cord with areas of hemorrhage. There was also dilatation of the spinal canal at cervical level. Further CNS findings included two nodular tumours attached to the dura in the right frontal area which on histological examination were considered as atypical meningioma. (Fig IB) . Visceral abnormalities included bronchopneumonia, multiple renal and pancreatic cysts, bilateral renal cell carcinomas and phaeochromocytoma of left adrenal.
Patient 2-a 30 year old male, brother of Patient 1, presented with a month's history of headache, nausea, difficulty in walking, photophobia and dysarthria. Cerebral angiography showed three nodules in the cerebellum compatible with vascular tumours (Fig 2) . Fundoscopy and abdominal ultrasound scan were unremarkable. He received a ventricular-peritoneal CSF shunt and died ten days after admission of pulmonary thrombo-embolism. Post-mortem examination confirmed the presence of three haemangioblastomas in the cerebellum, multiple pancreatic cysts, absence of right kidney, a left solid-cystic renal cell carcinoma with metastases to lung and subcutaneous tissue. There was a clear cell epididymal tumour and phaeochromocytoma of left adrenal gland.
Patient 3-a 17 year old girl, daughter of Patient 1, presented with dizziness, nausea, vomiting and headache. Neurological examination showed nystagmus. Fundoscopy with angioma of right retina. CT-scan showed a posterior fossa tumour. The patient underwent craniotomy and biopsy material showed a capillary haemangioblastoma of the cerebellum (Fig 3) . 
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